Congenital atresia of the extrahepatic biliary system has seldom been described in more than one member of a family. This note records the condition in two brothers.
The patient was readmitted at 9 months with a respiratory infection, deep jaundice, and colourless faeces: despite antibiotic therapy he died 10 days later. Necropsy was not performed.
Case 2. The second boy in the sibship, bom June 22, 1967 June 22, , weighed 2876 g. at birth which followed an uneventful pregnancy and normal delivery. He was jaundiced, had colourless faeces, and his abdomen was distended by an enlarged liver. Laparotomy at 5 weeks showed a rudimentary cystic duct and a small lax gallbladder containing 2 ml. of bile-stained viscous fluid. Other parts of the portal duct system were not identified. Received April 28, 1969. A diagnosis of extrahepatic biliary atresia was made and a cholecystgastroenterostomy performed. Liver biopsy (Dr. J. E. Morrison) showed a picture consistent with the anatomical diagnosis.
The patient has been reviewed periodically. Three months after operation the conjuntiva were almost pigment-free and the faeces well pigmented, but the liver was still enlarged; by the sixth post-operative month the jaundice had completely cleared and the child was thriving; and when last seen on May 7, 1968, 9 months after operation, the improvement had been fully maintained.
Discussion
Congenital extrahepatic biliary atresia is a rare abnormality with an incidence estimated as about 1 per 25,000 live births (Danks and Bodian, 1963) . The cause is unknown and conventional 'hereditary ' (e.g. McKusick, 1966) and 'environmental' (e.g. Gubern-Salisachs, 1968) factors have been incriminated. Family aggregation of affected individuals has been described (see below) but a formal genetic hypothesis has not found general acceptance mainly because such aggregation is seemingly rare, e.g. Danks and Bodian (1963) in their large series found the 90 sibs, 278 aunts and uncles, and 410 first cousins of 47 propositi to be free of the disease.
In the present instance a population ascertainment, adequate for segregation analysis, was not possible; nevertheless, we considered it worth while collecting familial cases from the literature since their study may help elucidate causes or at least allow, for counselling in multi-case sibships, empirical estimates of risk (of having further affected children) to be made. For Table B) , have been collected. Apart from heredity no consistent aetiological factor is apparent from the descriptions, and social and biological parameters are unremarkable. Formal segregation analysis is inappropriate to this class of data, but one cannot reject the hypothesis that in these families the trait is recessive and manifests the action of a single autosomal gene in homozygous form: since parental consanguinity is only once documented (Gould, 1855) , this 'gene' (on the hypothesis) may not be excessively rare. However, unlike sibships with single affected subjects (Danks and Bodian, 1963) , affected males (15) greatly outnumber affected females (4) in the sibships in Table A and in five such families only males are unequivocally affected. Sex-linked inheritance in these latter families is possible but cannot be established, because only the present authors give adequate details of the distaff side, and in their family none of the 6 males 'at risk' was affected. Further qualification of the hypothesis and alternative, more complex, explanations may be formulated, but the sparse data make their discussion unprofitable. In 
Summary
Two brothers with unequivocal congenital atresia of the extrahepatic biliary system are described. Empiric estimates on pooled data from the literature suggest that in sibships with two affected individuals the probability of a subsequent child being also affected is unlikely to be less than 20%, which compares with an estimate of total population incidence of perhaps 1 in 25,000 live-births. Addendum Since this paper was submitted, a female sib has been born on April 24, 1969 . She shows no jaundice or abnormality.
